he was found to have a left convergent squint and an unaided visual acuity of 6/36 in the right eye and 6/60 in the left. Retinoscopy under atropine cycloplegia revealed, in both eyes, hypermetropia of the order of 11 dioptres, and "coloboma" at the macula. In February, 1955, when he was aged 13, the visual acuity with glasses was recorded as 6/18, 6/12 partly in the right eye and 6/60, 6/36 partly in the left.
When the patient was seen at Moorfields in August, 1957, the visual acuity in the right eye with + 8 0/ + 1 0 900 was 6/36, and in the left eye, with + 7 5/ + 1 0 900, 6/24 partly. The ocular movements were normal, and the media clear. The right macular region showed a central atrophic area surrounded by a ring of pigment, which in turn was bordered by a band of atrophic retina (Fig. 1) . In the left eye, a circular atrophic area, slightly larger than the disc, was apparent at the macular region (Fig. 2) Examination with the Hruby lens confirmed the ophthalmoscopic impression of an atrophic lesion.
Investigations carried out at the Institute of Ophthalmology in February, 1957, failed to reveal any evidence of systemic disease or infection which could be responsible for, or associated with, the eye condition.
Case 2, a man aged 47 years, the father of Case 1, was found to have poor sight. He was employed on manual work, which was unexacting from the ocular standpoint, and could give no precise information as to the duration of his disability. In 1948, Mr. Gordon noted that the maculae of this patient showed a clinical picture similar to that seen in his son, and the visual acuity was then 6/60 in the right eye, and 6/36 in the left. The patient stated that, of recent years, the sight in the right eye had deteriorated. On examination the right eye was divergent, and the visual acuity was hand movements only. Fundus examination showed an extensive flat detachment inferiorly, with a typical "hole" at the macula. The left eye had an acuity of 6/36 partly, which was not improved by glasses. Ophthalmoscopically, a small ring of pigment with some irregular pigmentation surrounding it, was evident in the macular area (Fig. 3 ). Case 4, a girl aged 12 years, a younger sister of CaseA., had eyes which were externally normal, but a marked esophoria was elicited on cover test. In the right eye, the visual acuity with correction was 6/9, and in the left eye 6/36. Fundus examination revealed spherical cystic swellings at both macular regions (see Fig. 4 and Fig. 5 
